Background: Abdominal lymphadenopathy is a common presentation of many diseases and sarcoidosis should be considered as an important differential diagnosis. Prompt early diagnosis would help to minimize the disease progression and its complications. Case Report: A 51 year old female presented with appetite and weight loss of seven months duration and found to have an intra-abdominal lymphadenopathy. A celiac axis lymph node biopsy showed granulomatous lymphadenitis and the patient quickly progressed to develop hepato-splenomegaly with CT evidence of multiple attenuation areas in spleen, intra-pulmonary nodules with lymphadenopathy. An endo-bronchial biopsy also confirmed a non-necrotizing granulomatous inflammation. Patient had a remarkable improvement in symptoms with oral steroids. Conclusion: Intra-abdominal lymphadenopathy, an initial presentation of many common diseases has heterogeneous etiology and sarcoidosis is one important clinical diagnosis. Appropriate use of available investigations and careful regular clinical assessment with multi-disciplinary approach to identify new organ involvement will help to arrive at early diagnosis and treatment.
Introduction
Sarcoidosis, a multisystem disease affects all ethnic and racial group and all ages though the incidence is high among the age group of 20-39 years [1] . It is characterized by the presence of non-caseating granulomatous lesions. Lungs and lymphoid system are the most commonly involved organs. Intraabdominal sarcoidosis, especially intra-abdominal lymphadenopathy may mimic lymphoma, diffuse metastasis and granulomatous diseases [2] . Liver and spleen are the most common intra-abdominal sites of involvement of sarcoidosis. The etiology of sarcoidosis is unknown. Enlarged lymph nodes are detected in approximately in 30% of patients, particularly in porta-hepatis, para-aortic region and celiac axis [3] .
Case Report
A 51 year old female presented to the surgical ward with the complaints of epigastric pain, appetite and weight loss of seven months duration. She had a past medical history of uncomplicated diabetes mellitus and was on oral hypoglycemic medications. Physical examination was unremarkable at presentation. Initial complete blood count was normal with a hemoglobin of 11.3 g/dL (normal 12-15), total leukocyte count 8900 cells/mm 3 (normal value: 4000-11000) with normal differential count and platelet count of 2.4 lakhs/µL (normal: 1.5-4.5). ESR was 10 mm in 1 st hour. Her liver biochemistry showed an isolated rise in alkaline phosphatase of 942 IU/L (normal: 44-150). Ultrasound imaging of the abdomen showed multiple para-aortic lymphadenopathy which was subsequently confirmed by contrast enhanced computed tomography with no evidence of other abdominal masses [Fig.1a ]. Blood film was performed to see any features of primary hematological disorders however it showed marked rouleaux formation and mild eosinophilia. Her LDH and serum amylase levels were within normal limits.
In the context of marked constitutional symptoms such as significant loss of appetite and weight, gastro-duodenoscopy was performed and it revealed edematous mucosa in proximal stomach with the suspicion of an external compression and the histology showed mild chronic gastritis without activity and edema of lamina propria. Colonoscopy was normal. The treating surgical team opted for an exploratory laparotomy and found multiple enlarged lymph nodes without any other significant abnormality. Celiac axis lymph node was biopsied.
As the biopsy report of the celiac axis node was showing granulomatous lymphadenitis [ Fig.2a] , she was referred to the medical team for further evaluation. At this point, approximately a month has elapsed from the initial presentation; she had hepato-splenomegaly with persistent constitutional symptoms. Even though there were no respiratory signs a plain chest radiograph showed nodular opacities in the right base with a prominent right hilum. A repeat computed tomography of chest and abdomen showed multiple intra-pulmonary nodules involving inter-lobular septae and sub-pleural region bilaterally [Fig.1b] ; enlarged bilateral para-tracheal, pre-tracheal, subcarinal, right-hilar and pre-aortic lymph nodes. Spleen was enlarged up to 13 cm with multiple attenuation areas; liver was enlarged with uniform enhancement without any focal lesion [Fig.1c] .
In view of quickly progressing systemic involvement tuberculin skin test was done which was negative. A bronchoscopy showed nodular mucosa in right middle and lower lobe and endobronchial biopsy was taken that revealed nonnecrotizing granulomatous inflammation. Fungal infection and tuberculosis were reasonably excluded from the extended culture. Serum calcium was 2.66 mmol/L (normal 2.2-2.7 mmol/L), and 24 hour urinary calcium level was 12.23 mmol/day (normal: <6.2 mmol/day) which was well above the normal limits. Serum ACE level was 48.0 U/L (8-52) and 2D echocardiogram was normal.
Having excluded the most common infective causes of granulomata such as tuberculosis and possible neoplasm a likely diagnosis of sarcoidosis was made and treatment was initiated with oral prednisolone. With treatment patient has made a remarkable improvement in constitutional symptoms and repeat imaging is planned in next three months.
Discussion
Sarcoidosis is a chronic granulomatous condition of unknown origin. The diagnosis is based on histological findings of non-caseating granuloma in the presence of supportive radiological and clinical findings provided other common conditions are ruled out satisfactorily [4] . The pulmonary parenchyma and mediastinal and hilar nodal groups are the most commonly involved sites but any organ system can be involved. Hepatic involvement is seen in 75% of the cases in sarcoidosis, spleen being involved in 40-60% of cases mainly as splenomegaly or less commonly as multiple focal splenic lesions as in our case [5] . Most commonly intra-abdominal lymphadenopathy, splenic and hepatic sarcoidosis can be asymptomatic, but can present with marked constitutional symptoms as in our patient or sometimes pressure symptoms.
Intra-abdominal lymphadenopathy, being a common presentation of many diseases needs thorough evaluation. Malignancies in particular gastrointestinal tumors, hematological disorders and chronic infections need exclusion in the evaluation. SriLanka, being a tropical country, tuberculosis still remains the most common cause of intra-abdominal lymphadenopathy due to chronic infections. Other rare infections like histoplasmosis, coccidioidomycosis, and syphilis can also cause similar presentation. Intra-abdominal lymphadenopathy can be an initial presentation of sarcoidosis though it is rare.
Imaging plays a pivotal role in diagnosing sarcoidosis as in this patient. This patient had an isolated rise in alkaline phosphatase which is a common observation in sarcoidosis. An elevated 24 hour urinary calcium levels and a marginally high serum ACE levels further supported the diagnosis.
A negative tuberculin test and negative culture for tuberculosis and other chronic fungal infections excluded the common prevailing infections which mimic sarcoidosis. Typical radiological features and characteristic histological findings from two different sites further re-inforced the diagnosis of sarcoidosis.
Treatment of sarcoidosis is usually with corticosteroids with the other immunosuppressive therapy reserved for aggressive or recurrent diseases or steroid non responders [6] . American Thoracic Society and British Thoracic Society guidelines recommend corticosteroids for the initial progressive organ involvement in sarcoidosis [1] . Our patient was initiated on prednisolone 40 mg daily and planned to continue for three months and to taper off with the assessment of clinical symptoms and planned for repeat imaging in three months.
Conclusion
Intra-abdominal lymphadenopathy, an initial presentation of many common diseases has heterogeneous etiology and sarcoidosis is one important clinical diagnosis. Appropriate use of available investigations and careful regular clinical assessment to identify new organ involvement will help to arrive a prompt early diagnosis and treatment. A multidisciplinary approach in complex clinical scenario like our patient will help to arrive at an early diagnosis and helps in patient management.
